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CC BY-NC-ND license (http://creativecommons.org/licFig. 1. (A) CT abdomen: A 6  4.5 cm well-deﬁned solid-cystic soft tissue mass in the
right para-aortic region (white solid arrow) is visible. The solid component (dashed
white arrow) within the mass measures 3.6  3 cm. Both kidneys (dotted black arrows)
are independent from the tumor. (B) Gross photograph of the tumor showing predom-Wilms tumor, the commonest renal tumor in children, can
rarely be extra-renal in origin [1e7]. The following criteria are
necessary: a) primary extra-renal location, b) presence of blastemal
and mesenchymal components, c) exclusion of a teratoma and
renal carcinoma [8e10]. We report a child with blastemal-
predominant, extra-renal Wilms tumor located in the right
hypochondrium.
A previously healthy, 7-years-old boy presented with an
asymptomatic swelling in the right upper abdomen for one
month. Palpation revealed a ﬁrm, non-tender mass in the right
hypochondrium, with restricted mobility. There was no hematuria
or hypertension. Blood work, including serum a-fetoprotein level,
was normal. Ultrasound and CT demonstrated a well-deﬁned,
solid-cystic mass measuring 6  4.5 cm, in the right para-aortic re-
gion (Fig. 1A). It was related anteriorly to the abdominal wall and
posteriorly to the right psoas muscle, aorta and the inferior vena
cava. Both kidneys were normal in shape, size, outline and uptake
of contrast. The small bowel and ascending colon were displaced.
CT chest was normal. At laparotomy, a large (10  8 cm), solid-
cystic, retroperitoneal mass was excised. It was located between
the right kidney laterally and the vertebrae medially, with the du-
odenum lying superior to it. The mass was separate from the right
kidney, bladder and right ureter. There was no ascites, lymphade-
nopathy or tumor-invasion into the surrounding tissues. On gross
examination, the unilocular cystic mass measured 7 cm, with a
thin (1e2 mm), white and smooth wall. A solid globular mass
(3 cm) occupied ~70% of the cavity (Fig. 1B). No keratinous mate-
rial, hair, bone or cartilage was identiﬁed. Microscopy demon-
strated morphology suggestive of triphasic Wilms tumor with
blastemal predominance (Fig. 1C). As the tumor had been
completely excised (stage I), the child received 10 doses of weekly
vincristine as per SIOP-WT 2001 protocol. She is well 2-years into
follow-up.inantly solid (70%; black arrow) and partly cystic (30%; white arrow) components. The
solid area is homogeneously white and ﬁrm. (C) The tumor was predominantly
composed of small blue blastemal cells, admixed with tubules (white arrow), glomer-
uloid structures (black arrow) and spindled mesenchymal component (H&E, X20).
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Letter to Editor / Pediatric Hematology Oncology Journal 1 (2016) 45e4646Extra-renal origin of Wilms tumor is uncommon. It typically oc-
curs in children (median age: 3.6 years); however rare cases are
described across all age-groups, including adults [1]. Origin could
be from the heterotopic metanephric blastema, persistent reman-
ants of the mesonephric duct, or following amalignant transforma-
tion of cells with persistent embryonic potential (Connheims' cell-
rest theory) [1,2]. Retroperitonium is the most frequent site [2]
Other sites include the uterus, ovary, bladder, inguinal region and
scrotum [3,7] Clinical presentation depends on the site of origin.
Typically the diagnosis is a surprise on postoperative histopatholo-
gy. A teratoid Wilms, arising from a teratoma (deﬁned by >50% ter-
atoid elements) needs to be excluded [8,9]. Stage III (microscopic
residual) disease is frequent (57%; n ¼ 34), followed by stage I
(30%), stage II (10%), and stage IV (3%) [1]. Inadequate surgery, or
a more invasive biological behavior, could be responsible [1]. Clin-
ical course resembles primary Wilms tumor, with 2-year overall
survival of 82% [10]. Given the favorable prognosis, it is important
to differentiate the entity from other childhood small blue round
cell tumors, including neuroblastoma and desmoplastic small
round cell tumor.
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